A case of complete absence of the pulmonary valve in association with a ventricular septal defect and a pulmonary artery coarctation is described. Despite these defects the patient had minimal symptoms, probably because the pulmonary artery coarctation acted as a natural banding and limited the pulmonary regurgitant flow and reduced the left-to-right shunt across the ventricular septal defect. The patient was operated on at the age of 40 and the ventricular septal defect was closed but the pulmonary artery coarctation was left alone.
A case of complete absence of the pulmonary valve in association with a ventricular septal defect and a pulmonary artery coarctation is described. Despite these defects the patient had minimal symptoms, probably because the pulmonary artery coarctation acted as a natural banding and limited the pulmonary regurgitant flow and reduced the left-to-right shunt across the ventricular septal defect. The patient was operated on at the age of 40 and the ventricular septal defect was closed but the pulmonary artery coarctation was left alone.
In view of the long-term survival in this case, it is suggested that pulmonary artery banding would reduce the symptoms and increase the life expectancy ofpatients with congenital absence of the pulmonary valve and a ventricular septal defect.
Congenital absence of the pulmonary valve was first described by Chevers in I847 and since then about 6o cases have been reported (Nadas and Fyler, 1972) . The large majority of these have an associated ventricular septal defect (Ruttenberg, I968) especially as an additional feature in Fallot's tetralogy (Miller, Lev, and Paul, I962) . Long-term survival is rare and most patients die in infancy (Gasul, Arcilla, and Lev, I966 (Fig. i) showed cardiac enlargement, a small aorta with a right-sided aortic arch, enormous dilatation of the pulmonary artery branches, and moderate pulmonary plethora. A right heart catheter study at this time showed a large left-to-right shunt at the high ventricular level with a systolic gradient of 30 mmHg (4.o kPa) on withdrawal from the main pulmonary artery to the right ventricle (Table) .
The patient refused surgery, and thereafter was followed in the outpatient department. She remained well with only minimal shortness of breath on exertion. She had an uncomplicated pregnancy in I96o. In February 1974 she was admitted for review. Her only symptoms were some tiredness and easy fatiguability. There was no change in the clinical signs, electrocardiogram, or chest x-ray. The cardiac catheterization data on this admission are shown in the Table. An increase in the gradient from the main pulmonary artery to the right ventricle was seen, and a diagnosis of a high ventricular septal defect with a large left-to-right shunt was reaffirmed.
Surgery was advised and at operation the aorta was found to be small and the right and left pulmonary arteries were enormously dilated and were about two and (Campeau, Ruble, and Cooksey, I957) , and pulmonary artery aneurysm and atrial septal defect (Zajtchuk, Gonzalez-Lavin, and Replogle, I973) have been described. Coarctation of the pulmonary trunk (Sondergaard, I954; Smith et al., 1959;  Thrower, Abelmann, and Harken, I960) has also been described with a variety of congenital defects (Hudson, I965) . To our knowledge, however, the association of a coarctation of the pulmonary trunk with complete absence of the pulmonary valve and a ventricular septal defect has not been reported before.
The diagnosis of the precise pathology in our case was made difficult because the part of the pulmonary trunk below the coarctation and the right ventricle was acting as a single haemodynamic chamber. However, the absence of the pulmonary valve closure sound, the high location of the ejection systolic murmur, the loud early diastolic murmur in the axillae and interscapular area, in the presence of a normal pulse pressure, clinical and electrocardiographic evidence of right ventricular hypertrophy, and radiological evidence of pulmonary plethora, suggested a left-to-right shunt and pulmonary regurgitation. Withdrawal from the distal pulmonary artery branches revealed discrete stenosis, and this was thought to be at the pulmonary trunk level since the main pulmonary artery was not prominent in the lateral chest x-ray while both the pulmonary artery branches were enormously dilated.
Pulmonary regurgitation with a ventricular septal defect has a poor prognosis and most of the patients die in infancy or early childhood because of congestive cardiac failure (Gasul et al., I966; Onesti and Harned, I958; Venables, I962; D'Cruz et al., I964) or because of compression of the bronchial tree (Miller et al., I962; D'Gruz et al., I964) . Experimental production of pulmonary regurgitation in dogs was reported to be well tolerated (Shaw et al., I943; Barger, Roe, and Richardson, 1952) , but later workers have concluded that the changes in the cardiac capacity are related to the extent of regurgitation and that in the absence of the pulmonary valve gross right ventricular enlargement and decompensation sets in rapidly (Kay and Thomas, I954; Ratciffe et al., I957; Fowler and Duchesne, I958) .
The clinical status of the patient depends predominantly on the amount of left-to-right shunt and the degree of pulmonary regurgitation. In the absence of obstruction at the level of the infundibular or pulmonary trunk, severe cardiac decompensation results from systolic and diastolic overload of the right ventricle. In view of this, Venables (I962) has made a strong plea for pulmonary artery banding in these cases as a palliative procedure both to reduce the left-to-right shunt and to limit the regurgitant flow.
We believe that the long-term survival with minimal symptoms in our patient resulted from the coexisting pulmonary trunk coarctation which restricted the left-to-right shunt via the ventricular septal defect and thus reduced the pulmonary blood flow. 
